Dr R R M Harman: We have brought this patient to the Section in anticipation of other cases being recognized in this country. Costa believes that the condition he described is frequent in Negroes, mulattos and mestizos in Brazil. We have asked to see his original histological sections. Our cases may represent a new entity. Dr Napier Thorne: At the Prince of Wales's General Hospital, Tottenham, I see a large number of West Indians. I have observed 2 patients with skin lesions identical to those in Dr Harman's patient, who consulted me about other conditions. I shall watch out for further cases.
Primary Biliary Cirrhosis and Scleroderma P J August MRCP (for G C Wells FRCP) (St Thomas' Hospital, London SEJ) W P, woman aged 61 History: Generalized pruritus for two and a half years. Raynaud's phenomenon affecting the hands for 45 years. Duodenal ulcer onset 14 years ago.
On examination: Widespread prurigo and generally dry skin. A few telangiectases on upper chest and face. Tethering of skin of fingers, and telengiectatic mats on the palms. Liver edge 7 cm below costal margin.
Investigations: Full blood count normal. ESR 95 mm in first hour (Westergren). Alkaline phosphatase 95 K-A units (normal 3-13). SGOT 140 iu/l (normal<65). Antimitochondrial antibody positive. Antinuclear factor speckled variety positive, titre 1/150. RA latex positive, titre 1/160. Immunoglobulins IgG 1550, IgA 24, IgM 648 mg/100 ml (raised). Liver biopsy showed granulomatous hepatitis confined to portal tracts with destruction of bile ducts in some areas. The involvement is patchy: the appearances are those of biliary cirrhosis. Barium swallow: poor peristalsis. Barium meal: gross deformity of duodenal bulb. Course and treatment: Initial therapy with topical steroids relieved dryness and stopped excoriation, but pruritus was unaffected. Cholestyramine 12 g daily, phenobarbitone 90 mg daily, and azathioprine 50 mg three times a day were ineffective when given singly, but after six weeks on all three drugs irritation was less. Stopping the azathioprine was followed by slight increase in itching.
After nine months on cholestyramine she developed a scaly rash on the buttocks, suggestive of vitamin A deficiency. She is now more comfortable and is taking phenobarbitone 120 mg and cholestyramine 12 g per day.
Comment
The association of primary biliary cirrhosis and scleroderma has been reported by Murray-Lyon et al. (1970) and by Reynolds et al. (1971) . Summary of the 8 case histories gives 7/8 patients with Raynaud's phenomenon; 6/8 had sclerosis of fingers, 4/8 calcinosis, all had telangiectasia of the palms or fingers, 6/8 telangiectasia inside the mouth, 4/8 had reduced aesophageal motility, and 3/8 had gastrointestinal hemorrhage.
These authors stressed similarity of the telangiectatic lesions of scleroderma to those of hereditary hoemorrhagic telangiectasia. Reynolds et al. postulated that the gastrointestinal hamorrhage in his patients with scleroderma may have arisen from intestinal telangiectases rather than from aesophageal varices. However, the cutaneous telangiectasia of scleroderma is seldom hemorrhagic.
It is interesting to note identical lesions occurring in aninherited disease, i.e. Osler-Weber-Rendu disease, and scleroderma, a non-familial disease exhibiting disturbed immunity. Equally intriguing is the association of primary biliary cirrhosis and scleroderma, both of which diseases are of unknown etiology and have characteristic serum antibody profiles. The finding of scleroderma with telangiectasia should initiate a search for primary biliary cirrhosis, as it might be possible to detect it in a prepruritic phase when immunosuppressive agents might prevent progress of the disease. Treatment in this patient has been difficult. She responded best to a combination of phenobarbitone, cholestyramine and azathioprine. Cholestyramine binds intestinal bile acid and interrupts the enterohepatic circulation, so reducing circulating bile acid levels. It tastes fishy and may cause steatorrhoea and malabsorption of fat-soluble vitamins. Vitamin K deficiency has been recorded and our patient may have developed vitamin A deficiency; unfortunately, serum vitamin A level could not be estimated.
Phenobarbitone has been used in neonatal jaundice as it induces hepatic enzymes. Its use here is perhaps illogical, but it seems to have been beneficial. Azathioprine was given in 31 cases by Ross & Sherlock (1970) , who observed a slight improvement in pruritus and reduction in high IgM levels. Little benefit was reflected in other liver function tests and liver biopsy. Longevity was not improved. Dr M Feiwel: Belief in association of primary biliary cirrhosis with hxmorrhagic telangiectasia is probably mistaken. The latter diagnosis may have been given to cases of diffuse systemic sclerosis which bled from internal telangiectases (Holt & Wright 1967) while so-called hereditary hemorrhagic telangiectasia with hepatosplenomegaly is probably systemic sclerosis with biliary cirrhosis.
Involvement of the liver in systemic sclerosis is uncommon. In reporting two cases (Calvert et al. 1958) we reviewed the literature, as did Copeman & Medd (1967) . Nevertheless, coexistence of primary biliary cirrhosis and mitochondrial antibodies with other collagen disorders is now well-recognized (British Medical Journal 1974) . We plan to present a patient with diffuse. morphoea, mitochondrial antibodies and presymptomatic liver disease shortly (Clayton et al. 1974 R P, man aged 49 History: Three weeks before admission to hospital in July 1973 the patient injured his left leg but the skin was not marked. Over thelfollowing two weeks the anterior aspect of the upper two-thirds of the left leg below the knee, became covered by confluent and painful bulle which ruptured producing a large superficial ulcer with over-hanging margins. There was much serum exudation and slight edge induration and elevation (Fig 1) . The left inguinal lymph glands were enlarged. The remainder of a full clinical examination was normal but he was pale and feverish (39.5°C). Lactic dehydrogenase 400+. Electrophoresis a, and a2 globulins increased, IgA and IgG reduced. Leukocyte alkaline phosphatase score 68 but dual population of strongly positive and negative cells present. Trephine marrow biopsy showed chronic myeloid leukemia. Chromosome culture; some cells contained Philadelphia chromosome.
Skin biopsy (Dr D Spencer): Epidermis largely intact, although there is one small area of ulceration. There is a very dense inflammatory infiltrate consisting almost entirely of polymorphs, in places forming small abscesses. Epidermis markedly thickened with irregular downgrowths into the dermis producing a pseudocarcinomatous hyperplasia. Special stains show no fungal elements. A few Gram-positive cocci are present on the surface of the biopsy. The ap-
